This is a congenital nail disorder with an autosomal dominant inheritance in which misshapen, hypertrophic nails are present from birth. There may also be associated mucous membrane abnormalities. At areas prone to surface friction in the lower limb, hyperkeratosis is a common sequel. Pachyonychiacongenita affects the skin (especially palms and soles), nails, hair and mucous membranes. Specific features depend on which keratin gene is involved. We are reporting a case of Pachyonychiacongenita in an infant.
INTRODUCTION
Pachyonychiacongenital (PC) is a rare genodermatosis due to mutations in one of 4 keratin genes. It is characterized by dystrophic, thickened nails and painful palmoplantarkeratoderma. Müller made one of the first documented observations of pachyonychiacongenita in 1904 (Muller, 1904) . The next reports were published in 1905 by Wilson (1905) and in 1906 by Jadassohn and Lewandowsky (1906) . Although the exact frequency of pachyonychiacongenita is unknown, it appears to be rare. An estimated 5,000-10,000 cases have been reported worldwide (Kaspar, 2005) .
CASES
A 3 month old female child born as a second issue to second degree consanguineous parents presented with complaints of hurried breathing since 2 days and refusal of feeds for 1 day. Onadmission child was in distress with a heart rate of 190 per minute and respiratory rate of 66 per minute. Capillary refill time was prolonged and SpO2 at room air was 78%. Investigations revealed hemoglobin-5.4 gm/dl, Total leucocyte count -38,300 cells/cu mm, Polymorphs -84%, Lymphocytes-16%, Platelets -78,000/cumm. Liver function tests were normal, BUN -96 mg/dl, Serum creatinine -1.2 mg/dl. Serum electrolytes were normal. Blood culture isolated Klebsiella. Urine culture has shown significant bacteriuria (E.coli). Pus culture from the lesion isolated multiple varieties of species of bacteria.KOH mount of pus from lesion isolated Candida albicans and Cryptosporidium. 
